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Introduction
Bilateral  middle  ear  congenital  cholesteatoma  (CC)  is  an
extremely  rare  disease.1--3
Middle  ear  CC  grows  from  birth  behind  the  intact  ear
drum,  with  no  symptoms.  Usually,  it  is  detected  by  the  pedi-
atrician  at  the  time  of  a  routine  visit.1--3 Undetected,  it  may
grow  for  years  until  becoming  quite  large.
Etiology  of  middle  ear  CC  is  still  controversial,  but  it
seems  that  an  embryologic  origin  is  the  most  acceptable.1--3
Progressive  hearing  loss  and  soft  tissue  density  mass  within
the  middle  ear  cavity  usually  differentiate  the  CC  from  other
pathologies  that  include  hearing  loss  and  intact  tympanic
membrane.4 Treatment  of  CC  requires  early  surgery  and
long-term  follow-up.5 Spread  and  location  of  CC  inﬂuences
the  outcome  of  surgery.
Recently,  two  cases  of  CC  spontaneous  regression  were
described.6
 Please cite this article as: Ries M, Kostic´ M, Ajduk J, Trotic´
R, Bedekovic´ V. One case of bilateral congenital middle ear
cholesteatoma. Braz J Otorhinolaryngol. 2015. http://dx.doi.org/
10.1016/j.bjorl.2015.09.003
 Institution: University of Zagreb, School of Medicine, Depart-ment of ENT Head and Neck Surgery, University Hospital Center
‘‘Sestre Milosrdnice’’, Zagreb, Croatia.
∗ Corresponding author.
E-mail: mihael.ries@zg.t-com.hr (M. Ries).
d
a
a
http://dx.doi.org/10.1016/j.bjorl.2015.09.003
1808-8694/© 2015 Associac¸ão Brasileira de Otorrinolaringologia e Cirurg
reserved.ase report
 3-year-old  boy  was  admitted  to  the  hospital  during  his  ﬁrst
pisode  of  right-sided  acute  otitis  media  (AOM),  accompa-
ied  by  discrete  facial  nerve  palsy  (House-Brackmann  Grade
I)  on  the  side  of  the  involved  ear.
Otomicroscopy  showed  a  red,  bulging  tympanic  mem-
rane  on  the  right  side,  without  perforation.  The  left
ympanic  membrane  was  normal.  Myringotomy  was  per-
ormed  as  a  medical  urgency,  with  no  preoperative
adiologic  exam.  During  myringotomy,  a  large  cholesteatoma
as  discovered  in  the  middle  ear  cavity.  For  a  complete
urgical  removal  of  the  cholesteatoma  and  facial  nerve
ecompression  a canal  wall  down  (CWD)  technique  was  nec-
ssary.  Facial  nerve  has  improved  after  six  months.
After  one  year,  routine  otoscopic  follow-up  showed  a  nor-
al  postoperative  ﬁnding  on  the  right  ear,  but  on  the  left
ar,  a  white  pearl  in  the  anterosuperior  quadrant,  behind
he  intact  tympanic  membrane,  was  detected.  Again,  there
as  no  history  of  otitis  media  or  evidence  of  any  trouble
ith  the  boy’s  left  ear.
Multidetector  computed  tomography  (MDCT)  scan  of  the
emporal  bone  conﬁrmed  that  there  was  no  sign  of  dis-
ase  recurrence  on  the  right  side.  On  the  left  side,  a
ass  in  the  epitympanum  suspicious  of  cholesteatoma  was
iscovered  (Figs.  1--4).  Surgery  conﬁrmed  the  diagnosis,
nd  cholesteatoma  was  removed  through  retroauricular
pproach,  canal  wall  up  technique  (CWU).
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Figure  1  Coronal  MDCT  scan  of  the  left  temporal  bone  show-
i
m
D
B
c
p
f
F
l
i
Figure  3  Sagittal  MDCT  scan  of  the  left  temporal  bone  at  the
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ing aerated  mesotympanum  and  the  soft  tissue  mass  around
alleus  head  and  incus  body  (arrow).
iscussion
ilateral  middle  ear  CC  is  a  very  rare  disease.  The  most
ommon  symptom  of  a  conventional  cholesteatoma  is  a
urulent  ear  discharge  with  a  strong  odor  or  bleeding.  Most
requent  signs  of  complication  include  vertigo,  tinnitus,
igure  2  Axial  MDCT  scan  of  the  left  temporal  bone  at  the
evel of  the  horizontal  portion  of  the  facial  nerve  (arrow),  show-
ng the  soft  tissue  mass  in  the  attic  and  antrum.
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tevel of  malleus  handle,  showing  the  soft  tissue  mass  in  the  attic
arrow).
ensorineural  hearing  loss  and  facial  nerve  palsy.1--3 Surgery
s  necessary.1--5 Spread  of  the  disease  and  presence  of
otential  complications  dictate  the  ﬁnal  outcome.
Our  patient  had  no  history  of  previous  ear  infection,
rauma  or  ear  surgery.  The  right-sided  AOM  masked,  and  at
he  same  time  revealed,  a  large  middle  ear  cholesteatoma.
he  facial  nerve  palsy  on  the  side  of  the  involved  ear  was  a
esult  of  the  facial  nerve  damage  caused  by  cholesteatoma
ressure  accentuated  by  inﬂammatory  edema.
Urgent  surgery  was  necessary  to  prevent  permanent
acial  nerve  damage.  Removal  of  the  cholesteatoma  was
one  by  CWD  technique.  This  unpopular  technique  was  cho-
en  because  the  disease  presented  itself  already  through
 complication,  so  any  future  unrecognized  recurrence
ould  lead  to  irreparable  facial  nerve  damage.  The  dis-
ase  has  eroded  ossicles  and  the  bony  canal  of  the  facial
erve  in  its  horizontal  segment,  above  the  stapes  foot-
late.  Cholesteatoma  spread  to  the  auditory  tube,  anterior
ttic,  antrum,  and  posteriorly  and  medially  to  the  lat-
ral  semicircular  canal,  threatening  with  inner  ear  and
ntracranial  complications.  This  case  conﬁrmed  the  fact  that
he  otomicroscopy  is  insufﬁcient  for  detecting  middle  ear
holesteatoma,  especially  when  there  is  no  eardrum  perfo-
ation  or  nearby  bony  defect.
Contralateral  middle  ear  CC  was  detected  by  a  post-
perative  MDCT,  performed  on  the  grounds  of  a  suspicious
tomicroscopy  ﬁnding  during  the  regular  follow-up.  The  dis-
ase  could  be  removed  by  CWU  technique,  for  it  was  of
 much  smaller  extent  compared  to  the  contralateral  ear.
athology  was  located  mostly  in  the  attic,  around  the  incus
ody  and  malleus  head,  without  the  involvement  of  sinus
ympani  or  facial  recess.  The  ossicular  chain  and  tympanic
embrane  remained  intact.  No  recurrence  of  disease  was
oted  during  a  36-month  follow-up.
Had  the  MDCT  been  done  before  or  soon  after  the  ﬁrst
urgery,  the  bilateral  disease  would  have  been  discovered
uch  earlier.  On  the  other  hand,  MDCT  is  not  and  should
ot  be  performed  as  a  routine  in  patients  with  AOM  who  are
andidates  for  urgent  myringotomy,  but  it  should  be  a  rou-
ine  in  patients  with  CC.  Nevertheless,  MDCT  is  surely  an
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5Figure  4  Sagittal  scan  of  the  left  temporal  bone  showing  the
soft tissue  mass  in  the  attic  and  aerated  mesotympanum.
important  but  under-indicated  diagnostic  procedure  that  is
so  very  useful  for  surgical  planning.  Many  surgeons  rely  on
experience  and  routine  in  middle  ear  operations.  By  indi-
cating  more  radiologic  examinations  of  the  temporal  bone
surgeons  could  prepare  themselves  better  for  surgery  and,
at  the  same  time,  keep  radiologists  trained  in  interpreting
this  complex  anatomy  and  pathology.Conclusion
Bilateral  middle  ear  congenital  cholesteatoma  is  a  very  rare
entity.
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It  is  important  to  note  that  after  the  discovery  of  CC  on
ne  ear,  bilateral  disease  must  be  ruled  out.  CC,  just  as  the
cquired  cholesteatoma  does,  requires  a  thorough  surgical
emoval  and  a  long-term  follow-up.  Extension  and  location
f  the  disease  dictates  the  type  of  surgery  and  functional
utcome.  MDCT  is  a  method  of  choice  for  diagnosing  a  hidden
ilateral  middle  ear  CC.
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